ADDITIONAL AUDIOLOGICAL TESTS Tympanometry and brain stem audiometry was performed in subjects IV.1 and III.6. In both, the cochlear location of the hearing impairment was confirmed by normal latencies and transmission times (4-1 and 4-2 msec respectively at 80 dB nHL, unfiltered click) for brainstem waves I and V. Stapedial reflexes were normal in subject III.6, but in subject IV.1 a crossed reflex decay phenomenon was found upon stimulation of the left ear at frequencies of 500 to 2000 Hz. Therefore, a slight neural component in addition to a primarily cochlear involvement cannot be excluded. 
Discussion
The symptoms observed in our patients were very similar to those described by Young and Harper.1 The onset and course, as well as the distribution of muscle wasting and atrophy, was identical. Young and Harper could not confirm the diagnosis of spinal muscular atrophy by muscle and nerve biopsy and they did not report sensory conduction studies. In our family the diagnosis of a spinal muscular atrophy was initially considered, in view of the normal sensory testing, normal motor nerve conduction, electromyographic findings, and muscle biopsies performed in one affected subject. The raised CK values were also compatible with the diagnosis of spinal muscular atrophy since this finding has been described in other forms.4 The moderate reduction of motor nerve conduction velocity in the lower limbs in subject II.7 could probably be explained by a loss of large motor neurones.
However, the sensory nerve conduction studies (performed in subjects IV. 1 and III.6 but not in the oldest affected patient) were not unequivocally normal: the values for the velocities were all within the normal range for our laboratory, but the sensory action potential amplitudes were reduced in the lower (sural nerve) and upper limbs (median and ulnar nerves). This could be interpreted as a moderate additional sensory involvement, possibly from a loss of dorsal root ganglion cells. In addition sural nerve myelinated fibre density (3026/mm2) was clearly abnormal (normal 7700, SD 1200).
We found this result difficult to interpret. The myelinated fibre size histogram was comparable to controls. This could still be explained if the loss was uniform for fibre size. However, a marked reduction of large myelinated fibres was unlikely since this would result in reduced sensory nerve conduction velocities as well.
In view of the possibility that sensory neurones are involved, a classification of this disorder as a form of spinal muscular atrophy is only provisional and will depend on additional studies in further families or patients.
Our 
